INTRODUCTION {#sec1-1}
============

Anomalous left coronary artery from the pulmonary trunk most commonly occurs in isolation. However, it has been known to be associated with other cardiac lesions, including ventricular septal defect.\[[@ref1]--[@ref5]\] In a case of anomalous left coronary artery from the pulmonary trunk, the clinical manifestations are due to left coronary artery steal from the left coronary artery to the pulmonary artery and insufficient collateral flow from the right coronary artery.\[[@ref3]\] When the associated lesions are significant the pulmonary artery pressure increases and maintains the coronary artery perfusion. Previous reports have described fatal outcome after ligation of a patent ductus arteriosus in patients with undiagnosed anomalous left coronary artery from the pulmonary trunk.\[[@ref6]\] We present an infant with pulmonary hypertension secondary to a moderate-sized perimembraneous ventricular septal defect and anomalous left coronary artery from the pulmonary trunk and preserved left ventricular function.

CASE REPORT {#sec1-2}
===========

An 18-month-old female infant was referred to our institution with history of repeated chest infections. The physical examination showed that the heart rate was 140/min and regular, with a respiratory rate of 48/min, but no respiratory distress was noted. The cardiac examination revealed a hyperactive precardium. The first heart sound was normal and the pulmonary component of the second heart sound was increased in intensity. A mid-diastolic rumble was appreciated at the apex. Chest X-ray showed cardiomegaly, with features of increased pulmonary blood flow. An electrocardiogram (ECG) showed biventricular hypertrophy with sinus rhytum. Echocardiogram showed a moderate-sized perimemebraneous ventricular septal defect with left to right flow (max systolic gradient of 40 mmHg), mild mitral regurgitation and elevated pulmonary artery pressure. Further evaluation showed anomalously originating left main coronary artery. It originated from the rightward portion of the pulmonary sinus \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\]. Right coronary artery was dilated \[[Figure 3](#F3){ref-type="fig"}\]. The child underwent successful translocation of the left main coronary artery to the aorta and ventricular septal defect closure, and has been doing well on follow-up.

![Parasternal short axis view showing anomalous origin of left coronary artery from pulmonary artery](APC-4-62-g001){#F1}

![Parasternal short axis view showing anomalous origin of left coronary artery from pulmonary artery, showing flow in the coronary artery](APC-4-62-g002){#F2}

![Parasternal short axis view dilated right coronary artery](APC-4-62-g003){#F3}

DISCUSSION {#sec1-3}
==========

Anomalous left coronary artery from the pulmonary trunk or Bland-White-Garland Syndrome is a rare congenital cardiac anomaly generally occurring in isolation.\[[@ref1]\] Clinical manifestations of anomalous left coronary artery from the pulmonary trunk are due to myocardial ischemia secondary to low-pressure coronary perfusion with poorly oxygenated blood and insufficient collateral flow from the right coronary artery. Dramatic changes occur in the coronary circulation in infants with anomalous left coronary artery from the pulmonary trunk within the first weeks of life. Fetal cardiac function remains normal owing to the elevated pulmonary artery pressures. After birth, high pulmonary artery pressure and pulmonary vascular resistance persist allowing the myocardium perfused by the anomalous artery to remain well. In the first few days, pulmonary vascular resistance falls and myocardial ischemia ensues. Severe left ventricular dysfunction and mitral insufficiency develop rapidly. The age of onset of symptoms varies depending on the rate of fall of pulmonary artery pressure and the development of collateral connections with the right coronary artery. If left untreated, 90% of the infants will not survive the first year of life.\[[@ref2]--[@ref4]\] In a small proportion, the left ventricle gradually improves over a period of 4--6 weeks as the collaterals develop. Presence of a significant post-tricuspid shunt prevents the fall in the pulmonary artery pressure and also provides oxygenated blood to the left coronary artery system, preventing left ventricular decompensation.

Left ventricular dysfunction is a common finding in the immediate post-operative period in patients with large post-tricuspid left to right shunts. It is not often possible to delineate coronary artery blood flow due to inadequacy of echo windows. If the left ventricular dysfunction is secondary to unmasking of anomalous left coronary artery from the pulmonary trunk, a poorly contracting left ventricle with hyperechoic papillary muscles and variable degree mitral valve incompetence may be the only markers.\[[@ref5]--[@ref6]\] A cardiac catheterization with aortic root angiogram or an ECG-gated computed tomogram will help in diagnosing the condition.

In our patient, the presence of a moderately large ventricular septal defect prevented fall in pulmonary artery pressure and maintained antegrade delivery of oxygenated blood to the left main coronary artery. Ventricular septal defect closure alone would have been met with poor outcome. With a carefully done echocardiography, we were able to diagnose the condition before surgery and prevent a catastrophe.

Hence, it is imperative to demonstrate coronary artery anatomy on 2D echocardiography and color Doppler in all patients before surgical repair of post-tricuspid shunt lesions such as ventricular septal defects or large arterial ducts.
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